SUMMARY Results obtained from a study of 354 cases of chronic proximal spinal muscular atrophy of childhood and adolescence suggest that the condition is not as homogeneous as it was previously thought. A tentative classification based on our results is proposed. Estimates of genetic risks are provided, taking into account the sex and age at clinical onset. In our opinion these factors are more reliable than the data hitherto available because they are based on a considerably larger series.
The problem of the influence of sex in the chronic proximal form of spinal muscular atrophy (CPSMA) of childhood and adolescence based upon a study of 354 cases was discussed in our previous article published in this Journal. ' The information gathered during the study mentioned above allows us to comment on two other aspects, the classification of CPSMA and genetic counselling. The material and methods were described earlier.
Classification
Until recently CPSMA of childhood and adolescence was considered to be a single condition, because there were no grounds for dividing it into different entities.23 We were even doubtful about the intermediate form of Fried and Emery4 being a separate entity (see No 25 355 in McKusick5 ). This problem was discussed in one of our earlier publications.6 However, our recent results1 7 suggest some heterogeneity of CPSMA. In this respect the subgroup with onset at 10 to 36 months of age was of particular interest because of a sharp and significant fall of the p value of the segregation ratio (table 1, figure) . It (1) The infantile chronic form characterised by age at onset usually between three and nine months with classic features of autosomal recessive inheritance with complete penetrance and the course of the disease tending to be milder in females. These cases constitute 51% of our material (see figure) .
Our data and those of other authors suggest that the following supplementary remarks and alterations in the Catalogs5 might be justifiablet.
( 
Genetic counselling
The estimation of genetic risk in CPSMA is tWe take the liberty of making these comments in response to Dr McKusicks statement in the foreword to the Catalogs,5 namely that he would appreciate any suggestions aimed at increasing the usefulness of the Catalogs. 
